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Klippel trenaunay syndrome (KTS) comprises an
unusual triad of signs: capillary malformation, var-
icosities and bone and soft tissue hypertrophy. This
hypertrophy is often asymmetrical affecting one limb.
KTS has no known association with soft tissue
tumours. Here, we describe a desmoid tumour
compressing the external iliac vein resulting in
symptomatic pelvic varicosities in a patient with KTS.Report
A 33-year-old mother presented with a history of right
leg swelling following intercourse, preventing her
from standing during the following hour. She also
complained of vulval discomfort, and symptomatic
extensive varicose veins in her right leg and vulva,
which increased in severity during the week prior to
menstruation. She had been diagnosed 12 years earlier
with KTS.
Duplex scanning revealed an incompetent long
saphenous system with varicosities arising from this.
MR venography showed large uterine and pelvic
veins, and an enhancing area compressing the right
external iliac vein (Fig. 1).
On pelvic venography a May–Thurner lesion was
seen to almost occlude the left common iliac vein and
the right external iliac vein appeared to be compro-
mised due to palpable inguinal lymphadenopathy.ing author. Matthew J. Metcalfe, Department of
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resulted in shunting via pelvic collaterals and be the
likely cause of her discomfort. A left sided ovarian
varix was seen arising from the left renal vein and was
embolised with coils.
Her symptoms failed to improve and 1 year later
she noticed a swelling in the right groin thought to be
an inguinal hernia. On surgical exploration no hernia
was found, but at the edge of her Pfannenstial scar a
mass of infiltrative fibrous tissue within the muscles of
the anterior abdominal wall was present. Biopsy
revealed a desmoid fibromatosis with fascicles of
spindle cells with elongated nuclei. Minimal nuclear
pleomorphism was seen with occasional mitoses and
no necrosis. Less than 1% of the tumour cells were in
the active cell cycle.
MRI showed a 4!3!3 cm3 mass above the right
inguinal ligament, contiguous with the anterior
abdominal wall, but posteriorly and laterally com-
pressing the external iliac vein. Diffuse varices wereEJVES Extra 8, 114–115 (2004)
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desmoid tumour compressing the right external iliac vein
(arrowed) with normal contralateral vessels.
 CC BY-NC-ND license.
Fig. 2. MRI in the coronal plane showing extensive
varicosities of vaginal wall, right vulva (arrowed) and
medial thigh.
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thigh veins (Fig. 2).
She subsequently underwent wide local excision of
the desmoid tumour with a mesh repair to the
abdominal wall. Histology confirmed satisfactory
tumour clearance. Following this procedure the dis-
comfort in her right groin improved and her dyspar-
eunia resolved. The patient remains tumour free after
30 months.Discussion
Abdominal wall neoplasms represent less than 1% of
adult tumours.1 Desmoid tumours are associated with
both surgical and physiological trauma including
caesarean scars. Desmoid tumours have been reported
in laparotomy scars, laparoscopic sites,2 and the chest
wall following trauma.3 We describe for the first time a
desmoid tumour in a patient with KTS.
Our patient’s symptoms were thought to be due to
her venous malformations within her pelvis,
especially vagina. Pelvic organs are rarely involved
in KTS though rectal and vesical bleeding due to
haemangiomata have been described.4,5
Ligation of venous malformations around the
tumour at the time of surgery and improved blood
flow following decompression of the external iliac vein
probably explains the surgical success in improving
our patient’s symptoms.References
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